History of present condition.-Patient first observed the present skin changes in December 1947, when small nodules appeared on the sides and back of the neck. These increased fairly rapidly and similar lesions appeared over the lower part of the sternum and under the breasts. Subsequently the lower part of the abdomen, the lumbar region and the anterior aspect of the thighs became affected. No new lesions have appeared since April 1948. Pruritus has been slight and variable. Her general health is good but during the past year she has been fatigued and has put on weight.
On examination.-Skin: The lesions consist of firm rather rubbery papules, 2 to 3 mm. in diameter, skin-coloured or faintly yellow, which are discrete and in some places show a linear distribution tending to follow the natural skin creases. The intervening skin is finely wrinkled. There are no areas of cutis laxa. The papules are present in large numbers in the following sites: Posterior and posterolateral aspects of the neck; over the lower part of the sternum and extending laterally below the breasts; in a band around the waist. A few papules are present in the ante-cubital fossae and on the anterior aspect of the thighs.
Retina: No angioid streaks. Cardiovascular system: No clinical or radiological abnormality of the heart. Radiologically the aorta is densely sclerotic, with a few flecks of calcification. Radial and dorsalis pedis arteries moderately thickened. Blood-pressure 130/80. Electrocardiogram-rather low voltage but otherwise normal.
Lungs: Radiological examination shows a single large cyst at the right base. Other systems are essentially normal for a rather obese woman (weight 13 st. 4 lb.) aged 62. Blood cholesterol 200 mg. %. Basal metabolic rate plus 24%. Histology (Dr. Ian Whimster).-The biopsy was made on the right posterior aspect of the neck.
Epidermis normal. Dermis: In the middle zone there are several areas of increased cellularity, some of the cells being mast cells, the majority lymphocytes. The cells are grouped round blood-vessels as well as being scattered amongst the connective tissue.
The collagen appears normal throughout the section. The elastic tissue is normal in the papillary layer but below this the fibres are fragmented, swollen, slightly clumped and in the subpapillary layer are strongly basophilic. The appearances are of a degeneration of elastic tissue, which involves only the subpapillary and deeper layers of the dermis, without any comparable change in the collagen, and is accompanied by a slight infiltration of the affected zones by lymphoctyes and mast cells. Staining for mucin was negative.
Comment .-Touraine (1940) , in an exhaustive review of the literature on pseudoxanthoma elasticum, considers that the absence of angioid streaks is exceptional. Touraine, and more recently Carlborg (1944) , have emphasized that the presence of pseudoxanthoma is suggestive of a degeneration of elastic tissue throughout-the body, and Touraine has proposed the term systematized elastorrhexis for the condition. Parkes Weber (1948) prefers the name elastosis dysplastica for "the developmental dysplastic disease usually termed pseudoxanthoma elasticum." Carlborg (1944) carried out detailed investigations into the state of the circulatory system in 15 cases, and his findings suggest that in many cases the elastic tissue of the vascular tree is affected. There is no gross evidence that this is so in our patient. Carlborg, however, employed elaborate oscillometric and sphygmographic techniques, which are necessary for the detection of minor degrees of involvement of arterial elastic tissue.
Touraine, recognizes three clinical types of elastorrhexis, namely (1) the complete syndrome with pseudoxanthoma, angioid streaks and vascular lesions, (2) the incomplete syndrome, in which any two of these manifestations are present, and (3) any one manifestation. Our patient apparently is of the third type, but the distinction between the types is not conclusive and possibly in time she may present other manifestations.
Most of the reported cases of pseudoxanthoma elasticum have been considerably younger than our patient, but their ages have ranged from 4 years to 74 years. Many authors have emphasized the familial incidence of the syndrome. The present patient has no near relatives, apart from a half-sister and three children, whom we have not examined but who are said to be unaffected. Patients may of course be unaware of the presence of such skin changes and would not be conscious of the other manifestations of the syndrome. For example, in the case shown by Wright and Freudenthal (1943) the patient, a man aged 24, had no complaint, but angioid streaks were discovered on routine examination at a Military Optical Centre. Skin changes were then found, but only in two symmetrical areas on the lower abdomen which contained a great number of small cutaneous nodules and short streaks. These showed typical degenerative changes of the elastic tissue, namely elastorrhexis and elastoclasis, and the broken-up elastic fibres were encrusted with calcium salts. On the other hand, in the remarkable case shown by Wigley (1943) , originally under the title "Dermatolysis of Alibert, " the skin of the abdomen and flanks was so grossly loosened and folded that it hung down like an apron. In that case no discrete papules were present, though there were some areas of "peau d'orange." The histological picture, however, was strikingly similar to that in Wright and Freudenthal's patient. Angioid streaks were absent.
